Primary cutaneous aggressive epidermotropic CD8+ cytotoxic T-cell lymphoma: A case report and significance of timely ancillary testing
Editor, A 70-year-old man was admitted to the Medical Intensive Care Unit with respiratory tract infection, sepsis, and acute kidney injury; not responding to treatment. Six months back, he had presented with maculopapular skin lesions on the upper and the lower limbs. A skin biopsy had raised the possibility of chronic lymphocytic vasculitis in the primary laboratory. No immunohistochemistry (IHC) was done at that time. As the patient deteriorated, a paraffin block of the same biopsy was submitted to our laboratory for a lymphoma IHC panel 6 months later.
Morphology on routine H and E microscopic examination showed a cutaneous lymphoproliferative lesion displaying dermal nodular aggregates of atypical lymphoid cells surrounding the adnexal structures, and neurovascular bundles along with pagetoid type of epidermotropism [ Figure 1a and b].
On IHC the lesional cells were positive for CD3 [ Figure 1c ] with a high Ki-67 index, [ Figure 1d ] CD8 predominance [ Figure 2a ] and negative for CD30 [ Figure 2b ], CD20, and CD4. Figure 2c ].
T-cell receptor gamma gene rearrangement confirmed T-cell origin and clonality [
Amalgamating clinical presentation, histomorphology, IHC, and molecular assay results, a conclusive diagnosis of primary cutaneous aggressive epidermotropic CD8+ cytotoxic, T-cell lymphoma was established. This lymphoma represents <1% of all cases of cutaneous T-cell lymphoma (CTCL) that has been classified as a nonspecific, provisional entity according to the WHO/EORTC classification in 2005, and the 4 th edition of the WHO classification in 2008. [1, 2] Less than 50 cases have been reported worldwide and probably this is the first Indian patient.
It was first reported by Berti et al., in 1999 . He described this tumor as a distinct clinicopathological entity with an aggressive clinical behavior. It is characterized by widespread rapidly evolving papules, plaques, and papulonodules, often showing central necrosis and ulceration. [3] Uncommonly, it may present as multiple maculopapular eruptions on the hands, feet, and face. [4] Patients are usually adults with a slight male predominance. Our patient was an elderly gentleman who presented with maculopapular skin lesions.
Nofal et al. [5] proposed two sets of diagnostic criteria using a combination of clinical, histopathological, and IHC features.
Constant features -all of constant clinical, histopathological, and IHC features must be present to establish a definite diagnosis.
